Objective: The epilepsy associated with the hypothalamic hamartomas constitutes a syndrome with peculiar seizures, usually refractory to medical therapy, mild cognitive delay, behavioural problems and multifocal spike activity in the scalp electroencephalogram (EEG). The cortical origin of spikes has been widely assumed but not specifically demonstrated.
Introduction
The hypothalamic hamartomas are rare malformations of the central nervous system, whose main manifestations are precocious puberty and epilepsy (Valdueza et al., 1994) . The epilepsy is associated with peculiar laughing spells (gelastic seizures), dacrystic, partial complex and atonic seizures, which start in the first years of life. The seizures are quite refractory to medical therapy and the patients typically have several fits daily.
The early onset, peculiar type of seizures, usually associated with progressive cognitive deterioration, and behavioural problems makes this a distinct epileptic syndrome (Berkovic et al., 1988) .
The electroencephalogram (EEG) in this condition is characterized by multifocal, mainly fronto-temporal, spike activity (Striano et al., 1999) , very often involving both hemispheres. Despite occasional suggestions of a cortical origin for this activity, surgical results based on these findings were uniformly poor (Cascino et al., 1993) . The few cases with a good outcome for epilepsy were all submitted to surgical resection of the hamartoma (Nishio et al., 1989 (Nishio et al., , 1994 Valdueza et al., 1994; Rosenfeld et al., 2001; Palmini et al., 2002) .
The good results from surgery strongly implied the hamartoma as the source of the ictal activity and its intrinsic epileptogenicity was confirmed with recordings from deep electrodes placed inside the lesion (Munari et al., 1995) .
In this study, we describe the clinical data, magnetic resonance imaging (MRI) and EEG findings in 4 cases with the syndrome. We performed EEG source analysis of the interictal spike activity, with the goal of gaining a better understanding of the relationship between the hamartoma and the generators of the paroxysms recorded on the scalp.
Results of this study have been published in abstract form (Leal, 2001) . E-mail address: a.leal@netcabo.pt (A.J.R. Leal).
